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the research of PKHD1 product FPC in cell signaling related tomajor
ARPKD phenotypes
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WFZER R OMEEL (3530) : Autosomal recessive polycystic kidney disease (ARPKD) suffers
patients in childhood. The disease phenotypes are polycystic kidney, hypertension and
hepatic fibrosis. This research project discovers ARPKD gene, PKHD1 product, FPC
regulates ubiquichin proteasome pathway. The mutated FPC or PKHD1 inactivation lead to
a halt of degradation of important proteins in cell structure, sodium absorption and
TGF-beta signaling, causing ARPKD disease phenotypes
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